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Amongst congenital heart diseases (CHD) none has undergone a more drastic change in diagnostic approach, management and outcomes over the last 30 years than hypoplastic left heart syndrome (HLHS) with 'comfort care' replaced as the predominant form of management by a palliative surgical treatment pathway 1 . The outcomes of palliative procedures for HLHS have been well documented but the longer-term picture is less clear.
The UKs National Congenital Heart Diseases Audit (NCHDA) captures every procedure undertaken for CHD and updated life status for patients resident in England and Wales based on death certifications. From this dataset we identified patients born between 2000 and 2015 who fulfilled the criteria for HLHS: a small left ventricle, stenosis or atresia of the left sided heart valves, normally aligned great arteries and no common atrioventricular Further ethics committee approval and patient consent were waived.
Of 976 patients with HLHS, 9.6% had a pre-pathway intervention, this carrying the highest in-hospital mortality of 34.0%, 89.5% embarked on a traditional surgical pathway of staged palliation and 6.4% of smaller and more complex infants embarked on a hybrid pathway 4 .
The outcomes among patients that followed different trajectories are shown in Figure 1 Kaplan-Meier survival inclusive of all patients was 60.7% (95% CI 57.5%-63.7%) at 1 year and 56.3% (95% CI 53.0%-59.5%) at 5 years. The log rank test suggested better survival in patients undergoing a traditional surgical pathway (including all those undergoing prepathway procedures) in the later era (p=0.088). Since the hybrid procedure was introduced in 2006 (and noting the increased complexity amongst patients undergoing hybrid pathway), survival on the traditional pathway has been higher (p=0.050).
There was at least one off-pathway procedure in 44.6% of patients. The rate for off-pathway cardiac surgery was 6 per 100 patient-years and the rate for off-pathway interventional catheterization was 16 per 100 patient-years, with a significant increase between eras (p<0.001).
The mandatory national audit of cardiac procedures and the independent tracking of survival were essential prerequisites for this population based study, which 
